ing over both sides of the face and neck. During the next hour, the patient complained of frontal and occipital headache of throbbing type, which coincided with each uterine contraction (30-60 sec) and disappeared as soon as the contractions subsided. During this period, the blood pressure had risen to 170/100 during the contractions, and the pulse rate fell to 56 per minute. Moreover, during the contractions, the pupils dilated, the left one five seconds before the right. There was still outburst of sweating on both sides of face and neck. When, about ten minutes before delivery, the blood pressure rose to 180/100, forceps was applied. During delivery, the blood pressure rose to 190/100. Pulse rate fell to 48/50. Fig 2 demonstrates the relationship of the uterine contractions to blood pressure and pulse about 12 minutes before, during and after delivery.
In conclusion, the observations made on pregnancy and labour in women with severe lesions of the spinal cord are of special interest from a neurophysiological point of view, as much as from the practical gynaecological standpoint. In particular, the profound cardiovascular reactions resulting in hypertension, bradycardia and headaches during the last stage of labour need careful attention by the medical and nursing attendants, as they are indications of the time and method for promoting delivery.
Mr John Sophian (Worthing) said that from the papers by Dr Guttmann and Mr Struan Robertson one important fact emerged: that only two cases of toxwmia developed in the paraplegics studied in pregnancy, in both of whom the lesion was at or just below the 1 1th dorsal nerve.
It might well be, that in these two cases, to the stimulus of the utero-renal reflex was added an irritative lesion involving the pathway as well. Another important fact was also revealed in that although the paraplegic displayed a labile hypertension, yet she was considerably immune from pre-eclampsia; this negatived the concept that an irritable vasculature per se was the basis of its 'Ttiology.
Meeting February 8 1963
Clinico-pathological Meeting Adrenogenital Syndrome Death on the 23rd day from Addison's Crisis Frank Musgrove MD FRCOG and Bani Chaudhuri MB MRCOG This was the first child of normal healthy parents, who gave no hereditary history of similar cases of the syndrome occurring on either side of the family.
The patient's pregnancy was normal until the 32nd week when she developed glycosuria and increasing hypertension. Apart from the latter finding, at no time did she develop pre-eclamptic symptoms or signs.
Her labour was spontaneous at term and normal; the baby weighed 7 lb 11 oz. Examination of the baby at birth revealed extemal genitalia suggestive of a male with a normal-sized phallus and a rugose scrotum which, however, contained no testicles. It was duly registered as a male infant. For the first eight days feeding and behaviour of the baby remained normal except that it failed to gain weight. On the eighth day it developed the following symptoms: (1) Intermittent vomiting of bile-stained fluid; these vomits, of small volume, were not necessarily associated with feeding. (2) Continuous weight loss; by the 11th day the totat amount of weight lost was 18 oz. (3) Recurrent pyrexia, varying between 970 and 990 F. (4) Persistent tachycardia of some 180 beats per minute.
Clinical findings at this time were suggestive of a low-grade infection accompanied by tachycardia. Investigations: ECG, apart from the tachycardia, was normal. X-ray of the chest revealed no abnormality. A straight suspended X-ray of the abdomen was normal, and excluded a hiatus hernia. Cultures of urine, gastric washings, nasal,. aural and umbilical swabs grew no pathogens. The blood picture was normal. In view of subsequent developments, it is regrettable that no electrolyte estimations were done.
As all these findings were negative, the baby was treated with antibiotics to combat the pyrexia, and by digitalis to control the tachycardia.
On this regime there was an initial and dramatic improvement in the baby's general condition. The temperature settled and the rapid heart beat returned to normal limits. But, although its capacity for feeding also increased, its weight remained stationary.
On the 23rd perinatal day a sudden deterioration in the baby's general condition took place. This was signified by a return of the tachycardia, a raised respiratory rate, reluctance to feed (though there was no further vomiting), and the development of an ashen-grey appearance. Six hours later the baby died.
At post-mortem the infant was found to be a little emaciated. Its external genitalia, comprising an apparent phallus and an empty rugose scrotum, appeared to be those of a male child. The internal organs, including the heart, lungs (apart from a terminal bilateral basal collapse of the lower lobes), liver, spleen, gastro-intestinal tract and kidneys were normal; there was no evidence of intracranial injury. The pituitary, thyroid and thymus glands were normal, as were the lymph nodes. Each adrenal gland was about three times normal size, measuring 4 x 4 x 4-5 cm, and weighing on average 8 5 g. The internal genitalia were clearly identified, consisting of a uterus and cervix, fallopian tubes and right and left ovaries. A vagina was present and opened into the membranous urethra.
Histology
Adrenal glands: The prominent feature, distinguishing it from that of a normal neonate, is the presence in the deeper cortical layers of eosinophilic cells. Predominance of eosinophilia is a characteristic finding in the adrenogenital syndrome. Pituitary gland: This shows a pronounced preponderance of basophil cells. In the normal child eosinophil cells greatly outnumber basophil cells since they appear to be associated with the growth hormone. Thyroid gland: The acini are enlarged and contain large amounts of colloid. This would suggest some deficiency of pituitary thyrotrophin, for in normal ,cases these acini are closely packed, containing small quantities of colloid. Thymus gland and lymph nodes: Normal. Buccal mucosa: Thickening of the nuclear membrane or nuclear sex chromatin, typical of the XX and hence female sex chromatin.
Death was therefore considered to be due to Addison's crisis, as the result of failure of the adrenal glands.
Discussion
The actual cause of the adrenogenital syndrome is unknown, but the following is the current theory.
The basophil cells, derived from the chromophobe cells of the pituitary gland, produce an excessive secretion of adrenocorticotrophin (ACTH).
This, in turn, causes hyperplasia of the adrenal cortex resulting in over-production of androgenic hormones and a diminished output of other essential hormones. This imbalance of adrenocortical hormones may result from interference in the biosynthesis of hydrocortisone and other steroids from their precursorsmainly acetate and cholesterol.
This synthesis occurs in steps, many and different compounds being produced in the process. The final and normal hormones are catalysed in each step by a specific enzyme.
In certain cases, as in the present syndrome, a block may occur somewhere along the line of production which may be caused by one of two abnormal factors operating at that time: (1) A deficiency in the production ofthis specific enzyme.
(2) Some interference in this enzyme action.
In either event deficient amounts of hydrocortisone are produced and a 'build-up' of virilizing androgens and other vital hormones occurs.
Since hydrocortisone is the most powerful inhibitor of ACTH its braking action is curbed and excessive amounts of ACTH are released. Hyperplasia with resultant hyperfunction of the adrenal cortex follows.
It is probable that hyposecretion of hydrocortisone is first apparent around the 12th to 20th week of intra-uterine life. The consequent overproduction of androgenic hormones and underproduction of other steroids, particularly mineralocorticoids, cause, respectively: (1) Clitoral enlargement, so marked in the present case as to resemble a male penis. (2) An upset in the electrolytic balance as shown by (a) a lowered sodium and chloride content, and (b) an excessive potassium retention. This latter electrolytic disturbance is the cause of Addison's crisis, resulting in the death of the neonate in this case.
Conclusions
In all newborn babies in whom female pseudohermaphroditism is suspected, the following additional investigations must be undertaken: (1) Electrolytic estimations. (2) Sex hormone assays. Only by these means can the diagnosis of the adrenogenital syndrome be conclusively confirmed.
(Meeting to be continued)
